Objectives To study demography, presentation, treatment, complications and prognosis of children with Kawasaki disease (KD).
Introduction
Kawasaki disease (KD), also called mucocutaneous lymph node syndrome, was first reported by Kawasaki in 1967 1 . Criteria for diagnosis of KD include fever of 5 days duration with 4 out of the 5 following features viz. conjunctivitis, lymphadenopathy, polymorphous rash, changes in mouth, and changes in extremities1. Presentation of KD can be atypical and in some instances this may be misleading in management. Successful resuscitation of a cardio-respiratory arrest in a child ready to go ___________________________________________ 1 Senior Lecturer, 2 Senior Professor, 3 Senior Registrar, Professorial Paediatric Unit, Lady Ridgeway Hospital, Colombo.
(Received on 12 May 2003) home, with subsequent investigations showing a dyskinetic myocardium due to myocardial infarction, prompted us to look at the presenting features of KD and the need to investigate early.
Objectives
To study the demography, clinical presentation, treatment, complications and prognosis of children with KD.
Design
A descriptive ongoing case study.
Method
All children, clinically suspected to have KD following admission to professorial unit at Lady Ridgeway Hospital for Children and the private sector in Colombo, from November 2001 to September 2002 were included in the study. The demographic details, presenting features, treatment and complications were recorded. Children with coronary arteritis were reviewed periodically to analyse long-term effects.
Results
There were 19 cases in all. Ages ranged from 1-8 years with a mean of 3.9 years. 53% were males. The presenting features of these patients, in accordance with the diagnostic criteria of KD, are shown in Table 1 . Whilst fever was present in all 19(100%) cases, conjunctivitis and mucocutaneous lesions were present in more than 50% of patients. Case1 A 4 ½ year old from Kurunegala was transferred with fever and a provisional diagnosis of leptospirosis. As the fever was not settling, he was investigated extensively. This included an ultrasound scan of abdomen and an explorative laparotomy. His fever subsided and he was about to be discharged from hospital when he had a cardiorespiratory arrest.
He was resuscitated and managed in the intensive care unit for a day and was noted to have a triple rhythm. 2-dimensional echocardiogram (2D echo) revealed evidence of anteroseptal myocardial ischaemia with a dilated right coronary artery equal to root of aorta. The diagnosis was revised to KD and he was started on warfarin, dipyridamole, captopril and isosorbide dinitrate.
Case 6 This was a 3 ½ year old from Kurunegala with fever and 4 other features, which completed the diagnosis of KD, and a 2D echo showed a dilated left coronary artery. This child was treated with IVIG and aspirin and at present is well with normal coronary arteries.
Case 17 A 4 ½ year old girl was transferred from Negombo with fever of 7 days duration, rash, conjunctivitis with subconjunctival haemorrhage and cervical lymphadenopathy. She complained of headache, itchy palms and diarrhoea. 2D echo showed a dilated left coronary with arteritis of right coronary artery. She was treated with IVIG and aspirin. Next day she developed papilloedema and the computed tomogram showed presence of cerebral oedema. She was given IV mannitol for 48 hours. One week after treatment she developed fever with red eyes and recrudescence was of concern.
Discussion It has been shown that in KD there is 20-25% chance of developing coronary arteritis 2 . Over the years there have been many reports on incomplete and atypical KD in which some have progressed to show the full spectrum later on 3, 4 . The main concerns for the paediatrician are twofold:
• Whether to investigate children with incomplete diagnostic criteria and
• When to do the first 2D echo and when to repeat it.
In our series only 5 patients (26%) fulfilled the criteria for diagnosis. 2 (40%) of this group had coronary artery changes. IVIG therapy was given to the 2 children with coronary artery changes and 1 other child, who was managed in the private sector, and whose parents paid for the treatment. There were 14 (74%) cases with incomplete diagnostic criteria and 12 (86%) of them had coronary artery changes. Due to constraints in purchase of IVIG in the public sector, and late diagnosis, only 6 (50%) of these 12 cases were treated with IVIG. Aspirin was commenced in all patients at onset. Aspirin (3-5 mg/kg/ day) and/or dipyridamole were continued until coronary artery changes had returned to normal. Aspirin has never been subject to a randomised controlled trial alone but has been studied with or without IVIG. Advantages of IVIG therapy have been promising 5, 6 . Meta-analysis has not shown significant advantage of IVIG with high dose aspirin (80-120mg/kg/day) over IVIG with moderate dose aspirin (30-50mg/kg/day) in preventing coronary aneurysms in acute phase of illness 5 . 2 patients developed elevated serum alanine aminotransferase (ALT) levels and were managed on dipyridamole only. One of them was drowsy, and resembled Reye syndrome 7 .
All patients have been followed up for 6 months to a year and our first patient is still on warfarin, dipyri-damole, isosorbide dinitrate and captopril. There were insufficient cases to look for statistical significance in resolution of coronary artery dilatation between the IVIG treated and untreated group. Cases with incomplete criteria (74%) outnumbered cases with complete criteria (26%). Coronary artery dilatation > 4mm was seen in the 'incomplete criteria' group during or after second week due to delay in suspecting KD and the dilatation is still persisting, except in one case. Cases diagnosed late were not given IVIG as fever had settled, indicating that the acute inflammatory process was settling. This reinforces the need to investigate 'incomplete criteria' cases during the first week on suspicion and if the coronary arteries are normal, a repeat assessment becomes mandatory within 3-5 days.
In view of these findings revised criteria for diagnosis of KD becomes essential. The KD research group (KDRG) in United Kingdom have redesigned inclusion criteria for diagnosis by reducing one criterion in the presence of coronary arteritis i.e. fever, presence of 3 criteria and evidence of coronary arteritis 8 .
In conclusion, we emphasize that KD is the commonest cause of acquired coronary artery disease in children. A high degree of suspicion is needed to diagnose 'incomplete criteria' cases. Revised criteria would help to make the diagnosis early. This, in turn, would help in early resolution of arterial changes because IVIG therapy and aspirin would be started early.
Assessment of coronary arteries is the mainstay of diagnosis in atypical cases and an experienced cardiologist is a prerequisite in this situation. Availability and pricing of IVIG is equally important to arrest progression of coronary arteritis on which atypical cases are diagnosed. The need for life long follow up in children with KD, who have coronary artery involvement, is being debated 9 .
